THIS patient, a girl of 15, appears to be one of the very rare cases of hematoporphyria congenita, of which Sir Archibald Garrod has collected the records of eighteen cases. This child has had a skin eruption on the face, hands and forearms ever since her fifth year, and she is known to have had port-wine coloured urine since that time.
The lesions are said to come up as blisters, and the blisters never burst spontaneously but slowly dry up, and in three or four weeks they have almost disappeared. During three or four weeks in hospital she has had only one blister, on one side of a finger, and it contained blood-stained fluid. That has now dried up and disappeared. Over the whole affected area there are numerous pitted scars, shallow, and none very large, with the exception of one in the centre of her forehead. All the affected areas, except the backs of the hands, are covered thickly with downy hair, a condition which has been described in other cases and is probably protective. The urine contains enormous quantities of porphyrin, and the fteces are red and contain much of a similar substance.
The blood count shows practically nothing abnormal. Dr. Price-Jones has examined the blood on two or three occasions, and has made some interesting observations. Garrod states in his book that there is no evidence of marked red corpuscle destruction, but Dr. Price-Jones, who has had a large experience of blood examinations, has concluded, from examining this girl's blood, that she is producing red blood corpuscles in excess, as evidenced by the presence of large numbers of immature (polychromatosic and stipple cells) and nucleated cells: the blood platelets were much increased in number over the normal. His view, therefore, is, that there is blood-cell destruction going on, but the bone-marrow is compensating for it by an enhanced manufacture, so that the red corpuscles are maintained at about their normal number.
I have tested her reaction to the Kromayer lamp, and also to the Finsen arc. She reacts similarly to the controls with both lamps, developing an erythema but no blisters.
From the dermatological point of view, the interest is, that although one has seen many cases of so-called prurigo tBstivale, I do not think I have seen a case with lesions like those in this patient, which, apparently, is typical hydroa vacciniforme of Bazin, and I shall be glad to know if anyone among those present has previously seen this type of eruption. In prurigo a3stivale there is an itchy papule, but there are none here. In this case the blisters arise from the normal skin. Crocker considered that the two conditions were distinct, but latterly there has been a tendency to group them as one disease. Most of us have seen cases of prurigo tnstivale and tested for porphyrin without success.
DISCUSSION.
Dr. A. WHITFIELD asked whether the fragility of the blood corpuscles was tested.
Dr. H. W. BARBER asked whether a tooth had been removed and examined. He said that one point of interest in reading about Sir Archibald Garrod's case was, that Dr. Douglas Heath was asked to see the child, and Dr. Heath said that if he had not, known there was heematoporphyrin in the urine he would have regarded the case as one of epidermolysis bullosa. That supported what Dr. Gray had just said, that true hydroa vestivale should not be considered as the same condition as prurigo estivale. In his own case the urine was not dark in colour, but humatoporphyrin could be demonstrated in it.
Dr. H. SEMON said it was very interesting to hear that the reaction to the Kromayer lamp was negative. A similar experiment had been tried in a case of xerodermia pigmentosa, which he had recently transcribed from the Archiv fuir Dermatologie und Syphilis. In this case also there had been no violent reaction to the application of artificially produced ultra-violet rays, and such reaction as there was had been delayed. Further investigation might in the future modify our views on the effects of sunlight in these conditions. Dr. GRAY (in reply) said that in this case there was no family history of the condition. He should have mentioned that milium-like bodies, such as were seen in epidermolysis bullosa, were present on the back of the hands. He fell into the same trap as Dr. Douglas Heath had done; he first thought this case was one of epidermolysis bullosa, chiefly because he saw the child in a bad light, and he thought the face was free, and because of the milium bodies. She had not pink teeth, but they were distinctly yellow. Strie Atrophicae.
PATIENT, a stoutly built young married man, aged 22, with one child, was sent to me by Dr. Spong.
There was nothing to note either in his family or personal history. He had always been a fine sturdy boy, and had never had anything the matter beyond the usual diseases in childhood. He did not consider that he had recently either gained or lost weight. Some three years ago, he noticed some pinkish lines appearing on his upper arms, over the deltoid region, and more recently these have appeared in other regions of his body, and for about a month, on the abdomen. The lines or strite are parallel, symmetrically arranged and all longitudinal, none being transverse. There are some half-a-dozen pale thin bands down the outer part of both arms, over the deltoids, and one or two more recent pinkish ones on the outside of these. Anotlher set of fine bands occurs on the anterior surface of the forearm, from just above the bend of the elbow nearly to the wrist.
Several broader and more pigmented bands occur over the iliac margins and in the groins. Over the abdomen are some half-a-dozen broad and rather pigmented bands typical of those described as linem gravidarum or albicantes in women.
Striae are not present about the bead, neck, shoulders or chest, and none below the groins.
I have also, at the hospital, another patient, a middle-aged man with some very marked linear strive, only they are transverse, across the dorso-lumbar region. In the present case the lines are all parallel and vertical. Cases of such lines in the knee-joints after typhoid fever have been described, and the lineae are always transverse. It cannot be seen why, in this case, the lines should be vertical and in the other cases horizontal. He is a fat, heavy man, and I wonder whether there is any endocrine element in the case.
Laboratory Report.-The specimen taken for section included both "stria" and normal skin on either side. Although macroscopically quite obvious (and
